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Ty6epo3Heiit cknepo3s (TC) (tuberous sclerosis complex, TSC) — MynbTUCMCTEMHbI, QYTOCOMHO-AOMUHAHTHbIIA, HEPOKOXK-
Hblli CUHAPOM, ANA KOTOPOTO XapaKTepHo hopMUpoBaHUEe J0OPOKAYECTBEHHbLIX HOBOOOPa3oBaHUii (Tybepos, ramapTom)
B Pa3NIMYHbIX OpraHax, BK/04as ronoBHOM Mo3r. Inunencus aBnseTcs Haubonee pacnpoCTpaHeHHbLIM CUMITOMOM Y Nauu-
eHToB ¢ TC, npu 3Tom B 62,5 % cnyyaes pa3BuBaeTcs ee GapmakopesnucTeHTHas Gopma. TpyaHOCTb XMpYpPruyeckoro ne-
YeHWs 3aK/I0YaeTcs B TOM, 4To Ans anunencum npu TC xapakTepHo MynsTUdOKanbHOe TeyeHue. HecMoTps Ha 3To, ume-
lolnecs faHHble CBUAETENbCTBYIOT B MO/Mb3Yy XMPYPruyeckoro BMelaTeNbCTBa Kak Haubofee BEPOATHOrO MeTofa
ANA LOCTUXEHUA [ONTOBPEMEHHOTO pa3pelueHus NpuUcTynos.

Lienb paboTbl — NpoaHan13MpoBaTh aKTyabHble LaHHbIE MO UCCNEfYEMON TEME, aCMEKTbI XMPYPTrUUYECKOro IeYeHns 3nu-
nencum y petei ¢ TC.

MNouck nybnukauuii ocywecTBAANM Ha Hay4uHbIx naatdopmax PubMed, Google Scholar, eLIBRARY. RU 3a nepuog ¢ 2000
no 2022 r. ¢ ucnonb3oBaHuem cnepytowux 3anpocos: TSC-associated epilepsy in children, epilepsy surgery in children
with TSC, epilepsy surgery for TSC, xupypruyeckoe neyeHue 3nuencun y feteit ¢ TY6epo3HbLIM CKIEPO30M, XUPYprus
anunencuu npu Ty6epo3HOM cknepose.

WNCTOYHMKOM 3nMnenTuyeckoi akTUBHOCTU ABNSAIOTCA HE TONbKO Ty6epbl, HO U MO3roBas TKaHb BOKpYr Tybepa. B HacTos-
Liee BPeMs MMeeT MeCTo TEHAEHLIUA PaHHEro NPOBeAeHMs ONepaTMBHOIO leueHns: npu HeadbeKTUBHOI Tepanuu fByMs
NpOTUBOINUNENTUYECKMMI NpenapaTamMm naLueHTbl JOMKHbI PACCMATPUBATLCA KAk KaHAMAATbI Ha XMpYpruyeckoe neve-
Hue. C y4eToM MHOKECTBEHHbIX MOPAXKEHUI FONOBHOTO MO3ra, MyNbTU(HOKANLHOTO TEYEHUA ANUNENCUU NPU NPESXUpYP-
rMyeckom o6cnefioBaHNmM NaLMEHTOB TpebyeTca NpUMEHEHME UHBA3UBHbLIX METOLOB 3eKTpo3Huedanorpaduu. Iddex-
TUBHOCTb Pe3eKTUBHOMN XUpypruu coctasnseT 65-75 %. Co BpeMeHeM [0NA NALMEHTOB C NOJHON pemMuccuelt NpucTynos
yMeHblaetcs. JIOGIKTOMUA 1 Ty6epIKTOMUSA NAIOC ABAAIOTCA 6NAroNpPUATHBIMU NPOrHOCTUYECKUMU daKkTOpaMu. Xupyp-
rMYecKoe NeYeHne 3HaUUTENbHO NOBBILIAET WAHCHI NALMEHTOB HA NOHYIO PEMUCCHIO AMUNENTUYECKUX MPUCTYMNOB, B CBOIO
oyepefb NpeKpalyeHne ANUNenToreHe3a pa3BMBaIoLLErOCs FOJIOBHOTO MO3ra OKa3blBAeT NONOXUTENbHOE BAUAHUE Ha KO-
HUTUBHOE pa3BUTHe JeTeil.

B HacTosAWMIT MOMEHT HET ONpefieNIeHHOro aNropuTMa Npeaxupypruyeckoro obcnefoBaHNUA NaLUEHTOB U KPUTEPUEB OT-
6opa feTell Ha XMpypruyeckoe NeyeHue, YacTb 06cNefoBaHUn He BXOAUT B CUCTEMY 00A3aT€NbHOTO MEAULMHCKOrO
CTpaxoBaHUsA, YTO 3aTPyAHAET [UArHOCTUKY U CBOEBPEMEHHOE fleYeHUe W NPUBOLUT K MOBLIWEHUIO AOAM NALUEHTOB
C MHBAJIMLHOCTBIO U HU3KUM KQauecTBOM KU3HH.

KnioueBble cnoBa: hapMakopesnCTEHTHAsA INUNENCUS, XUPYPTUA nNunencuu, TybeposHblii CKNepos, MHBa3MBHaA 3Nek-
Tpo3HuUedanorpadus
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Tuberous sclerosis complex (TSC) is a multisystem, autosomal-dominant, neurocutaneous syndrome that is characterized
by the presence of hamartomas involving multiple organs, including the brain. Epilepsy is the most common neurological
manifestation and the main cause of disability in children. Drug-resistant epilepsy is seen in 62.5 % of cases. The
challenge of surgical treatment in these patients is the multifocal nature of epilepsy. Nonetheless, there is available
data to suggest that surgical intervention is most likely to achieve long-term seizure freedom.

The aim of the work — to analyze current data and aspects of surgical treatment of epilepsy associated with tuberous
sclerosis in children.

A literature search for was done on PubMed, Google Scholar, and eLIBRARY. RU for the period from 2000 to 2022. Search
phrases included: TSC-associated epilepsy in children, epilepsy surgery in children with TSC, epilepsy surgery for TSC.
The tubers are not the only source of epileptic activity; the perituberal brain tissue is also a proven focus. Currently,
there is a tendency towards early pre-surgical evaluation and surgical treatment, which is recommended after the failure
of two antiepileptic drugs. Considering the multiple brain lesions and multifocal epilepsy, the use of invasive
electroencephalography is invaluable in the preoperative assessment of these patients. The effectiveness of resection
surgery is 65-75 %. Over time, the proportion of patients in complete remission from seizures decreases. Lobectomy
and tuberectomy plus procedures are favorable prognostic factors. Surgical treatment significantly increases the chances
of seizure freedom. Eliminating seizures in children has been shown to improve cognitive development.

There is no algorithm for pre-surgical patient evaluation or selection criteria for surgical treatment. Some methods of
presurgical evaluation are not included in the compulsory health insurance system, making early diagnosis and treatment
very difficult. This leads to an increase in the number of patients with disabilities and a poor quality of life.
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BBEJIEHUWE

Ty6eposnsrit cknepo3 (TC) (tuberous sclerosis com-
plex, TSC) — ayToCOMHO-IOMHUHAHTHOE, ITOJTUOPTAaHHOE
3a00JIeBaHIE C YACTOTOI BCTPEYAEMOCTH ITPUOJIN3UTEIIHEHO
ot 1:5800 go 1:10000 HOBOpOXAeHHBIX [1—3]. TC xapak-
TepU3yeTCcsl 00pa3oBaHUEM NOOPOKAYECTBEHHBIX HOBO-
00pa3zoBaHMii (TyOEpOB, raMapTOM) B Pa3IMIHBIX OpraHax,
BKJTIOYAsi TOJIOBHOM MO3T, TJ1a3a, KOXY, cepare, MOYKU
U TIe4eHb. B ocHOBe 3a00J1eBaHMSI JICKUT 2 TUITIA MyTAIIUIA:
y mmauueHToB ¢ TC 1-To TuMma o6HApYXMBAIOT MyTallM
B xpoMocoMme 9q34 (7.5C1), Komupyroleii TaMapTHH, Y Ta-
ureHToB ¢ TC 2-ro Tnna — MyTauuu B xpomocome 16p13
(TSC2), xomupyroleii TyoepuH [4, 5].

Dnusercus aBisieTcsl Harbosee pacipoCcTpaHeHHBIM
CHMIITOMOM Y nanireHToB ¢ TC 1 cylecTBeHHBIM (paKTO-
POM WHBAJIMIM3AIINHN AT C 9YaCTOTOM BCTPEIACMOCTHU
ot 75 10 90 % [6—10]. HecmoTpst Ha mepBOHAYAIbHBII
ITOJIOXKUTEIBHBIN OTBET HA BBEIECHUE TTIPOTUBOIMJICIITH -
YeCcKHUX TpernapaToB, y 62,5 % malueHTOB BIIOCIEACTBUN
pa3BUBacTCS (hapMaKOPE3UCTEHTHOCTD, BCIICACTBUE YETO
MOKET pacCMaTPUBATHCS BOIIPOC 00 aTbTePHATUBHBIX ME-
TOJax JIeYEHUsI, B TOM YUCJIe Xupyprudeckom [11].

Ilean padoThl — IIPOAHAIM3NPOBATH AKTYaIBHBIC TaH-
HBIC 10 UCCIIEAYeMOM TeMe, acIeKThl XUPYPTHICCKOTO
JIeuyeHus snuierncun y geteit ¢ TC.

IMowck cTaTeit OCyIIeCTBISIIN Ha HAyIHBIX TUIaThOp-
max PubMed, Google Scholar, eLIBRARY. RU 3a nepuog,

¢ 2000 mmo 2022 1. ¢ UCTTOJIb30BaHUEM CJIENYIOIINX 3aIIPO-
coB: TSC-associated epilepsy in children, epilepsy surgery
in children with TSC, epilepsy surgery for TSC, xupypru-
4YeCKOe JIeYeHUE SIMIEIICUU Y IETEM ¢ TyOepO3HBIM CKIIEPO-
30M, XUPYPIrUsl SMUICIICUM IIPU TYOEPO3HOM CKIIEPO3E.

I[TATOI'EHE3 DITMJIETICHUI

I[P TYBEPO3HOM CKJIEPO3E

Tenetnueckue myraunu B 7.SC1 mu6o B TSC2 nipuBo-
IST K TUNEPaKTUBHOCTA ITYTH MUIICHW pamnaMUIInHa
y mutekormTaomux (mTOR) — BHYTpUKIETOYHOTO CHT-
HaJIBHOTO ITyTH, YYACTBYIOIIETO B POCTE U TIPOMpepalni
KJIETOK, CUHTe3e Oenka m metabonuszMme [12]. Pannsasa
ruriepaktuBaiiist mTOR MoxeT 00yCI0BUTh HApYIIICHMS
MUTPAIIN ¥ OPUESHTAIINY HEPBHBIX KJICTOK, YTO IIPUBOIUT
K aHOMAJIbHOM KOPTUKAJIBbHON JIJaAMAHALIMU Y JEHAPUTHOM
apoopuzamuu. KpoMe Toro, maMeHeHIe 3TOTO BaXKHEHIIIE-
ro IyTy BKIIO4YaeT HapylueHue pa3Butusi TAMKepruue-
CKUX MHTepHEHPOHOB, a TAKKE MATOJIOTMUECKIE U3MEHE-
HUS PETYJISIIAM TIyTaMaTepTUIecKoi (yHKIIUM depes
MOHOTPOITHEIE TJIyTaMaTHBIC PEeeNTOPBI. DTO TIPUBOIUT
K aucOallaHcy MeXIy BO30YyXIeHWEeM M TOPMOXKCHUEM,
YTO SIBJISICTCSI OYEBUIHBIM TIpeAPACIIONaTaouM (haKTo-
POM K SMUIETITUYECKUM TIpUcTymaM [12].

Pannee Hapymenue perynssiuu nyti mTOR, BI3BI-
Balolllce N3MEHEHNE MHUTPALIMA U MOP(hOJIOTUM KIIETOK,
NPUBOINT K 00pa30BaHMIO KOPTHUKAJIBHBIX TYOEpPOB,
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CcyOaTIeHIMMAapHBIX Y3JIOB, CYO3TIeHIMMAPHOI TUTaHTO-
KJIeToYHOI acTporiuToMbl (CBTA), panraibHBIX THITOMHU-
eJTMHU3NPOBAHHBIX TPAKTOB, BOCXOISIIINX M3 CYOIITCHIM -
MapHOI1 30HBI K KOpe ToJI0BHOTO Mo3ra [12, 13].

PannanbHble rUIOMueTMHU3APOBAHHbIE TPAKTHI TCCHO
CBSI3aHBI C HEMPOKOTHUTUBHBIMU HapymeHussMu. Cyiie-
CTBYIOT TaHHBIE O TOM, YTO IEOIOT IIPHUCTYIIOB, YPOBEHD
WHTEJUIEKTa 1 YaCTOTa PACCTPOMCTB ayTUCTUIECKOTO CIIEK-
Tpa CBSI3aHBI C YACTOTOM BCTPEYAEMOCTH PaTUaIbHBIX TH-
MMOMUETMHU3UPOBAHHBIX TPAKTOB [14].

Cy0snenauMapHasi THTAHTOKJIETOYHAS ACTPOIMTOMA —
MeUICHHOPACTYIIAs, [IMOHEePOHAIbHAS OITyX0JIb, BCTPE-
yatomasicsa ¢ yactotoir 1—2 % cpenu Bcex OITyXoJieit
TOJIOBHOTO MO3Ta AETCKOTO BO3pacTa M ITOYTH UCKITIOUH-
TesbHO — y TTanueHToB ¢ TC [15]. ¥ naumenTos ¢ TC ya-
crora Bctpedyaemoct COTA cocrasisteT 20 % [16]. Co-
[JIaCHO KOHceHcycHomy coBemianuio mo TC B Puwme,
npoBegeHHoMy B 2012 ., COIA crnenyeT onpenensith
KaK «0omyxoJib y manueHTa ¢ TC, KoTopast 00BIYHO XapaK-
TEpU3YEeTCS PACTIOIOKEHUEM BOJIM3KU OTBepPCTUSI MOHpO,
nrameTpoM >0,5 cM, ¢ TIOOBIM TOKYMEHTUPOBAHHBIM PO-
CTOM M HaKOIUICHUEM TadOJIMHUS IIPH HeMpOBU3yaIn3a-
> [13].

Cy0snenauMaibHble Y3eJKH IIPEACTaBISIOT CO00i 10-
OpokadecTBeHHBIC 00pa30BaHNs, PA3BUBAIOIINECS BIOJIb
CTEHKU SICHINMAIBHON BBICTYUIKM OOKOBBIX ITOBEPXHO-
CTeH XEeIYIOIKOB, YaCTO BIOJIb TOJIOBKH XBOCTATOTO SIAPA.
DTU nopaxkeHUs TUCTOJOrmYecKu cxogHbel ¢ COTA, Ha-
omonatotcs mpuMepHo y 80 % nanmeHtoB ¢ TC u, Kak u3-
BECTHO, SBJISIIOTCSI BO3MOXHBIM MECTOM BO3HUKHOBCHMS
COTIA, B yacTHOCTH BOAM3U oTBepcTUst Moupo [13].
Co BpeMeHeM OHU MOTYT ITOCTEITIEHHO KaJIBLIMHAPOBATHCSI;
XapaKTepHO beccuMNnTOMHOe TeyeHue [13, 17].

KoprukanabHbie Ty0epbl IIPEICTABISIIOT COO0I 09aroBoe
HapyIIeHNe CTPOSHUS KOPHI, XapaKTepU3YIOTCS TTPOIde-
palmeit Kak TJIMaJIbHBIX KJIETOK, TaK M TUCTUTACTUIECKIX
HEHPOHOB ¢ BEIPAXXEHHOM Ie30praHn3aneii KOPpTUKaIb-
Horo cyiog [18—20]. Mo3roBast TKaHb BOKPYT TyOepa Mo-
XKeT UMETh HOPMaJIbHYIO IIUTOAPXUTEKTOHUKY WJIHN He-
OOJIBIITYI0 TUCTEHE3UI0 M TeTePOTONMI0 HeiipoHOoB [21].
Pazutue sammtenicuu ripu TC HanIpsIMyTo WIIH OITOCPEI0-
BaHHO CBS3aHO C HAJIMYMEM KOPTUKAIBHBIX TyOepoB [8].
MHorounciaeHHbIe MOPGhOIOTHIECKIEe OCOOCHHOCTH TY-
0epoB, TaKKe KaK M3MEHEHHAs [INTOAPXUTEKTOHNKA KOPBI
TOJIOBHOTO MO3Ta, CBSI3aHHAasI ¢ Heil abeppaHTHAsI IIPOJIH-
depanmst acTpOIMTOB, HAMMYNE KAJBIU(PHUKATOB, M3ME-
HEHHasI aHaTOMMSI COCYIOB, OTeK, HApYIICHUS 3KCIIpec-
CHH PELIeNITOPOB HEMPOTPAHCMUTTEPOB U OaJTaHCA MEXKITY
mponmdepalreit KIeToK 1 THOeIbIo, MOTYT IIpeapacIioia-
raTh K pa3BUTHUIO SMUJICTITUYECKUX IIPUCTYIIOB [22].

B nmurepatype onmcaH KIMHAYECKWN CIydail TeUCHMS
smunenicuu mpu TC y pebeHKa 6e3 XapaKTepHBIX MATHUTHO-
pe3oHaHCHBIX (MP) mpu3HakoB mopakeHHsT TOJIOBHOTO
mo3ra [23]. HecMoTpst Ha TO YTO UCTOYHUKOM SIUJICTITH-
YeCKOM aKTUBHOCTH SIBIISIIOTCS TYyOEPhI, B HEKOTOPBIX MC-
CIIeMOBAHMUSX MPOAEMOHCTPUPOBAH SMMJICTITOTCHHBIN

XapakTep MO3rOBOM TKaHU BOKPYT TyOepa: IIpyu UMMYHHO-
TUCTOXMMMUYECKOM UCCIIEAOBAaHMUU TKaHE BOKPYT Tybepa
BbISIBJIEHBI TaK Ha3bIBaeMble MUKPOTPYOOUKHU U LIMTOME-
rajinyeckKue HelpoHbl, KOTOPbIE MOIYT ObITh TPUITEPAMU
BO3HMKHOBEHMUSI SIMIENITUYECKUX IPUCTYIIOB [24].

J.R. Chalifoux u coaBT. goKa3aju HaJIUYUE COOTBET-
cTByIOLIMX MP-npu3HaKoB py KCClIEAOBAHUN HA TOMO-
rpade BbICOKOTO pa3pelieHus MoIIHocThIo 7 T y aereit,
Y KOTOPBIX paHee 10 JaHHBIM MCCJIeIOBAaHUI Ha TOMOIpa-
dax 1,5 u 3 Tim usmMeHeHMIt He ObIIO BBIABIEHO [25]. B maH-
HOI CUTyallUM MOXET ObITh I10JIE3HA JIEKTPOKOPTUKO-
rpaduss ¥ MO3UTPOHHO-IMUCCUOHHAST TOMOrpadus
C O-METWITPUIITODAHOM ISl BBISIBJICHUS SMUJIEITOTEH-
HOCTHY MO3TOBO# TKaHU BOKPYT TyOepa [26—29].

IMPEAXVPYPITMYECKOE OBCJIEJAOBAHME

Kak ormeuaror H.O. Liiders 1 M. Carrefio, ocHOBHasI
eab MPeIXupypruiIecKoro o0CIeIOBaHUS MMAllMeHTOB
C TPYTHOM3ICIYNMOM SIUJICTICUEIT — BBISIBJICHUE SITHJICII-
TOTeHHOU 30HBI KOPHI TOJOBHOTO MO3Ta, yIaJieHUe
WIM TMCKOHHEKIIMS KOTOPOH TpHBEAeT K pa3peIieHUIO
npucrtymos [30].

CranmapTHas olieHKa cocTossHMs manreHToB ¢ TC Ha-
YUHAeTCs Co cOopa MoApOOHOTO CeMETHOTO aHaMHe3a
¥ aHAMHe3a 3a00JIeBaHNs, a TAKXKe (PM3NKATHHOTO 1 HEBPO-
JIoTMYeCcKoro obcmenoBaHmii. B HacTosIee BpeMst Ha 3Tarie
MPEIXUPYPIIIECKOTO 00CIeIOBAHNS 3 YK CIIa HEMHBA3WB-
HBIX METOIIOB MICITOJIB3YIOTCS CIICAYIOIINE; MATHUTHO-PE30-
HaHcHass Tomorpadust (MPT) B BBICOKOM pa3pelicHNH,
MarHuTosHnedanorpadusi, MO3UTPOHHO-IMUCCUOHHAS
Tomorpadusi, ukTajibHasi OZHOGOTOHHAsE IMUCCUOHHAs
KOMIThIOTepHAsI TOMOTpadysi, METOIUKA CHHXPOHHOM pe-
TUCTpallMd JAaHHBIX 3jIeKTposHLedatorpadun (B3I)
n pyakumoHanpHO MPT (B33I'-0MPT) [31].

HewnBaszuBHas (ckanbmoBasi) Bumeo-DOI MoxeT
OBITh TOCTATOYHOU B CITyJasIX COTIOCTABJICHUS C KIIMHINYE-
CKOI1 KapTUHOM M JaHHBIMHU HEMPOBU3YaI3alliy, HO TIPU
MHOXECTBEHHBIX SMIICTITOTCHHBIX 30HAX WJIH TSI OTIPE-
IeJICHWS TPaHUI] Pe3eKIINMN MOXET ITOTpeOOBaThCsSI MHBA-
3uBHOe obcienoBanue [32]. Cpeny MHBa3WMBHBIX METOIIOB
pasnuyanT 3anmuch DI ¢ McHob30BaHNEM CyOIypaib-
HBIX TPUIOB/CTPUTIOB WY TIIyOMHHBIX 3JIeKTponoB. B Ha-
CTOSIIIIAIT MOMEHT B JIUTEpaType MMEETCS MHOTO padoT,
TIOCBSIIIEHHBIX MHBAa3WMBHOM DI ¢ MCIoibp30BaHKEM Cy0-
IypaTbHBIX 3JIEKTPOIOB, a LIEHTPOB, UCITOIB3YIOIINX CTe-
peo-D3BI, HemoCcTaTOYHO, XOTS MX KOJIMYECTBO pacteT [31].
I1s1 cpaBHEHMSI, TIO JAHHBIM MUPOBOI#A JINTEPATyphl, B HACTO-
stITiee BpeMsl Y TIAIMEeHTOB C MIIETICHEH, aCCOIMMUPOBAHHOM
¢ TC, B66,7 % ciny4aeB npumensiercst DDI ¢ UCIONB30BAHIEM
CyOmypaibHbIX 3J1eKTPoaoB, B 17,8 % ciydyaeB — crepeo-DDI°
u B 15,6 % — snexrpokoprukorpacdus [33]. [1pu xupypru-
YeCKOM JICYCHNH SIICIICUU B IETCKOM MOIYJISIIIAN TTOJI-
Hast peMICCHSI TIPUCTYTIOB B TTOCICOTIEPAIIMIOHHOM TICPH-
oe HabsomaeTcst y 66,5 % malureHTOB M0Cjie IPUMEHEHMUS
cTepeo-ODI no cpaBHeHMIO ¢ 52,1 % npu UCIIONIB30BAHUM
CcyonypanbHBIX 3J1eKTponoB [34]. B menom ontumanbHas



cTpaTerus IpoBeIeHUS MHBAa3UBHOM BUneo-DDI Bee erme
HE ompeiesieHa, YTO MIPUBOAUT K OOJBIINM Pa3IuIrsIM
B OLIEHKaX pe3yabraToB DD 1 Iocaemyronmx orepaTruB-
HBIX ITOIXOMAX.

XUPYPTUYECKOE JIEHEHME

Lenp neuenmst sanunerncuu npu TC — mpegoTspariie-
HHUE WM KOHTPOJIb IIPUCTYIIOB KaK MOKHO CKOpPee IMOCIIe
moctaHoBKY auarHo3a TC, 94To MOXET YIydIINTh KOTHH -
TUBHOE Pa3BUTHE PeOCHKA 1 ITOBLICUTH KAUECTBO €0 KM3-
Hu [32]. Llenb Xupypru S0uIencUum — JOCTUKEHUE TT0JT-
HOTO OTCYTCTBUS SMUJIECTITUYCCKUX IIPHUCTYIIOB W ayp,
TeM He MeHee C YIeTOM MHOXECTBEHHBIX ITOPasKEeHUI TO-
JIOBHOTO MO3Ta ¥ MyJIBTU(hOKATEHOTO TeYCHUS SITUIICTICUH
y nereii ¢ TC Gonee pealMCTUIHON 1IETBIO SBIISICTCS W3-
OaBJIcHME MMalleHTa OT HanboJree HeOIaronprusITHOTO TH -
na npuctynoB [35]. Ha HacTogmmii MOMEHT COIJIAaCHO
pe3ysBTaTaM MeXIYHAPOIHBIX MYJIBTULICHTPOBBIX CCIIC-
IOBAaHUU M PabOT OTEUYECTBEHHBIX aBTOPOB 3(P(PeKTUB-
HOCTh PEe3eKTUBHOM XUPYPTUM IIPU STTMJICIICUN, ACCOLIM-
uposaHHoii ¢ TC, gocturaer 65—75 % (taba. 1, 2) [33,
36—46]. [loka3aHO, YTO ITOC/IE XUPYPrUYeCKOIo JeUEeHUSs
IIPY TOJITOCPOIHOM HAOJIOMECHUM JOJISI MAllMEHTOB 0e3
mpuctynoB (Engel IA, ILAE 1) camxaercsa. B uccinemnopa-
HuM A. Fallah 1 coaBT. 3a iepron 4-1eTHeTO HAOIIOJeHUS
JTOJIST TTALIEHTOB O€3 IMPUCTYIIOB CHU3MIACh ¢ 65 o 43 % [47].
JarHbIii (akT OBUT TOATBEPKIACH U B MYJIBTULICHTPOBOM
ncciegoBaHnu S. Liu 1 coaBT., B KOTOPOM OTMEUEHO CHH-
xkenue goau ucxonoB ILAE 1 ¢ 71 no 51 % nipu 10-netHeM
HaOmoneHuu (puc. 1) [48].

CornacHo mocieTHUM EBpoIeicKMM KIMHIIECKUM
pEKOMeHIaLMSIM 110 JiedeHuto arericuu ipu TC ot 2018
XUPYPIrUIecKoe BMEIIATEIbCTBO PEKOMEHIyeTC s IIpH hap-
MaKOpE3MCTEHTHOM T€UCHUH SIUJICTICUT, OMHAKO IOCIIe
KOHCTaTauy He3(PHEKTUBHOCTU TepaItiy 2 IIPOTUBOSIIH -
JICNTUYECKUMMU TIpeTiapaTaMu, ele 0 BOZHMKHOBEHUS
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WHQAHTWIBHBIX CIIa3MOB M TaXKe TIPU HAJTMIUU SITVIICTI-
TH(OPMHOM aKTUBHOCTH 3a IPeaeIaMi BBIOPAaHHOM 30HBI
IUIST pe3eKIINH, TIPY CTEPEOTUITHOM XapaKTepe IIPUCTYIIOB
¢ mpeobramarImM (GOKYCOM YUIM OOJBIINM TUCILIACTH-
YeCKAM TOpaXXeHWeM PeKOMEHAYeTCs TIPOBEICHNE paH-
HETO TIPeAXUPYPTUIECcKOro oocienoBanus (taom. 3) [31,
32,49, 50].

B HacTosmmit MOMEHT pa3InJaloT CICAYIOIINE METO-
JIBI XUPYPTUYECKOTO jiedeHus [35]:

* pamuKaJbHBIC:

— TpagWuIIMOHHAS PE3eKTUBHASI XUPYPIUSI,

— WHTEePCTHULIMANIbHAS Jla3epHAsT THUIEPTePMUS
mon KoHTpoiaeM MPT (MRI-guided laser interstitial
thermal therapy);

* TaJUIMaTUBHBIC:

— UMIUTAHTALMST CTUMYJIATOpa OJIyKIaroIiero Hepsa
(vagus nerv stimulation, VNS);

— KaJIJTO30TOMUS,

— TIyOoKast ctumyJsiius Mo3ra (deep brain stimula-
tion of the anterior thalamic nuclei).

PanukanbHble METO/IbI JIeYeHHs
TpaguuuoHHas pe3eKTHMBHAA Xupyprusa. B nutepatype
OIKMCaHbl Pa3IMYHbIE TAKTUKY PE3CKLIMU MUICHTOTEHHOMN
30HHI [36, 37]:
* TyOepPAKTOMUSI;
* TyOepaKTOMUS TITIOC (pe3eKIus Tydepa ¢ 1—2 cM Ime-
pPUTYOCpaIbHOI MO3TOBOI TKAHM);
* JI002KTOMMUS;
* JIOO3KTOMUS + TYOEPIKTOMMUS,;
* J1002KTOMUS + TYyOEpIKTOMMUS TLIIOC;
* pe3eKIys (TyOepIKTOMMS YIIM JIOOSKTOMUS) C KaJlJIo-
30TOMMUEN;
* TeMHUC(PEPOIKTOMMUS.
IIpumMeHeHne UHTpPaONEPANIMOHHONM 3J1€KTPOKOPTHKO-
rpadmn. MHTpaorepariioHHasT 3JIEKTPOKOPTUKOTpaHsT
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Puc. 1. Hcxoder no kaaccugpuxayuu Mexcdynapodnoii npomusosnusenmuyeckoii aueu (1LAE) nocae pesekmusHoii Xupypeuu npu 00420cpouHom Hadawdenuu [48]

Fig. 1. International League Against Epilepsy (ILAE) classification outcome in long-term follow-up after resective surgery [48]
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Tadmuua 1. Dghgexmusrocmo xupypeuueckoeo aevernus snusencuu npu myobeposHoM cKaAepo3e No MedCcOYHapoOHbiM OAHHbIM 3a hepuod 2000—2022 ze.

Table 1. The effectiveness of surgical treatment of epilepsy in tuberous sclerosis complex according to international data in the period 2000—2022

Hcxon no Engel TA, %

Cpennmii Bo3pact
Yucao nanmeH- (amana3on) Jmareasnocts Karamues, Buj ome-
HUccnenosanue TOB, N HA MOMEHT SMUJIENCHH, JeT JeT pamun
onepanum, JeT B SABUCHMOCTH o o im-
OT BHJIA ONlepauU CHTBI
§1C) 63,7
TE
N. Specchio JID 69
M coaBT., 2021 [33] H. I. LE
N. Specchio et al., 788 8,4 (0,1-54) n. a. 0,3-15 MP 65,1 65-75
2021 [33] MR
I'T 75
HT
15C} 27,8
C. Vannicola TE
1 coaBT., 2021 [36] TO+ 44.4
C. Vannicola et al., 35 6,0(3-13) 5,0(2-12) 1-21 TE+ SL4
2021 [36] 13 22,2
LE
Q. Huang 15C} 37
M coaBT., 2021 [37] TE
Q. Huang et al., 81 19 (8—26) 10 (3—17) 1-11 9 19.8 59,3
2021 [37] LE
M. Stomberg YP
M Cc0aBT., 2021 [38] H. 1. UR H. 1.
M. Stomberg et al., 34 2,6 (1,6-6,2) n. a. 1=7 MP n. a. 33
2021 [38] MR
K. Pearsson 15C)
M coaBT., 2022 [39] TE
K. Pearsson et al., 20 6 (1,8-25) 6(1,5-23) 3-15 KT 53 33
2022 [39] CT
P. d’Orio u coasr., > 54,8
2022 [40] H. 1. TE
P.d’Orion et al., 51 7(4,75-13) n. a. >-14 TO+ 55,6 35
2022 [40] TE+
1C)
L. Yuan u coasr., TE
2022 [41] JID H. 1.
L. Yuan et al., 2022 35 3 (0’7_6’0) 2,2(0,7=5,7) 1-3 LE n. a. 60
[41] D + 15
TE + LE

Ilpumeuanue. 1. 0. — Hem dannvix; T — mybepaxmomus; J19 — nobsxmomus; MP — mysvmunobapras pesexyus; I'T — eemucghepo-

momus; YP —ynunobapuas pesexyus;, KT — kaanozomomus.

Note. n. a. — no data; TE — tuberectomy; LE — lobectomy; MR — multilobar resection; HT — hemispherotomy; UR — unilobar resection; CT —

callosotomy.

npeacrtasieHa Y. [endunmom u I. JIxkacriepoM B KOHIIE
1930-x ronoB B MoHpeaTbCKOM HEBPOJIOTMUYECKOM MHCTH -
TyTe IS UOeHTUGUKAIIMKA 30HBI Hadaja IIPUCTYIIOB
BO BpeMmsi oniepanuu [51]. B HacTosiee BpeMst UCITOb30-
BaHUE 3JICKTPOKOPTUTPA(PUHU BEI3BIBACT MHOTO THCKYCCHUIA.
JlarHast MeTOIMKA MMEET PsIl OTpaHUYESHUN BBUIY TOTO,
YTO OXBATHIBAET OTPAHMICHHYIO TIIOIIAIb OTKPHITOM KOPBI
TOJIOBHOTO MO3Ta M TTO3BOJISIET pETUCTPUPOBATH B OCHOB-
HOM KpaTkoBpeMeHHYyI0 (30—45 MUH) WHTepHUKTAJIBHYIO
aktuBHOCTS [51]. ITo manueiM G. H. Baltuch u A. Cukiert,
He HaiIeHO HUKAKO CBSI3M MEXIy MHTPAOIIePaIlMOHHOM
3JIEKTPOKOPTUKOTrpachreil U MCXOAOM Yy MAIUCHTOB,

TIOABEPTIIINXCSI AKCTPATEMIIOPATBLHBIM PE3SKIIMSIM, Pe3eK-
LVSIM BUCOYHOI TOJIM WUTK KajuI030TOMUH [52].
HNuTepcTHIMANbHAS Ja3epHas TUNIEPTEPMHS MO KOHT-
poaem MPT. JIazepHasi uHTepCTULIMAJIbHASI TEPMOTEpAMKsI
(laser interstitial thermal therapy, LITT) — manonHBa3uB-
Hasl oTiepalns, IIpU KOTOPOI MCITOIB3YIOT HEMOHU3UPY-
foIlee M3IydeHUEe JTa3¢PHOrO CBETa IJIsS TeTUIOBOTO BO3-
JNEUCTBUS HAa TKAaHW, MPUBOISIILIETO K TMOEIU KIIETOK.
C pa3BUTHEM JIa3¢PHBIX TEXHOJIOTUI 1 TEXHOJIOTUIA BU3Y-
anmu3auuu LITT craHoBuUTCS Bee Gosiee MOMyIsIpHBIM Me-
TOIOM TIPH JICUCHUN BHYTPUIEPEITHBIX ITATOJIOTUIA, B TOM
YHCJIe B IETCKOI HEMPOOHKOJIOTUH 1 SITMIIETITONIOTHH [53].
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Tabmuua 2. Pabomus: omeuecmgeHHbIX A8MOPO8, NOCEAUCHHbIE XUPYPeUlU INUAENCUU NPU MYOEPO3HOM CKAepo3e

Table 2. Studies of Russian authors devoted to epilepsy surgery in tuberous sclerosis complex

NuBasusnas DOT, n

Yucio Karam-

HUccnenosanne TMALUEHTOB, 1 He3, JIeT

Crepeo-D3T

O.A. [puHeHko

U COaBT., 2014 [42]
O.A. Grinenko et al.,
2014 [42]

11 0,2—4 —

M.P. MamaTxaHoB
1 coaBT., 2010 [43]
M.R. Mamatkhanov
etal., 2010 [43]

A. Koptelova u coaBr.,
2018 [44]

A. Koptelova et al.,

2018 [44]

M.10. JopoeeBa

U coaBT., 2017 [45]
M.Yu. Dorofeeva et al.,
2017 [45]

29 0,5-7 =

M.B. INonsiHcKas

1 coasrT., 2020 [46]
M.V. Polyanskaya et al.,
2020 [46]

1 1,3 1

Ilpumenanue. DI’ — snexkmposnyedparoepagdus.
Note. EEG — electroencephalography.

JlaHHBII MEeTO JICYCHUS XOPOIIIO TTOIXOINT TSI IeTei
¢ TC, xorma TyOepsl pacToOJIOKEHBI B Pa3HBIX 00JIACTSIX
WIN Xe (YHKIMOHATBHO 3HAYMMBIX 30HAX U SBIISIOTCS
SIUJICTITOTeHHBIMU. B TakmX cirydasix TpaguLIMOHHAS pe-
3¢KTUBHASI XUPYPTHSI BEICOKOTpaBMaTUYHA YUIM HE TIpe-
CTaBIISICTCST BOSMOKHOM B CBSI3U C PACITOJIOXEHUEM JITH -
JICNITOTEHHON 30HHI B (DYHKIIMOHAIBHO 3HAYMMOU KOpe,
W XAPYPT BBIHYXKIECH NCKAaTh aJIbTepHATUBHBIC ITyTH JieUe-
HUSI, OMTHUM U3 KOTOpbIX siBisieTcst LITT.

Ha maHHBIIT MOMEHT OIMMCAaHO HECKOJIbKO KIMHUYE-
CKHX CITy4aeB ¢ IPUMEHEHNEM 3TOM METOIMKH JICUCHMUST
[54—59], omHaKO OONBIIMX CTATUCTHYECCKUX MCCIICIOBA-
HUl 3(pPeKTUBHOCTH 1 0€30ITACHOCTH JaHHON METOIUKHU
TpyY SMUJIeTIcuu, nHAyupoBaHHou TC, Bce elle HeT.

Bimmsinme xupyprum na pa3surue pebdenka. Pazsutue
¢dapMaKOpe3UCTEHTHON SMUJICIICUM M WHOAHTUIBHBIX
cra3moB 1pu TC B 50 % ciydaeB IPUBOAUT K KOTHUTUB-
HbIM HapyiieHusM, B 40 % ciryyaeB BO3HMKAIOT PacCTPO-
CTBO ayTHCTUYECKOTO CIIEKTpa U APYTHe MCUXUIECKUE
paccTpoiictBa [60]. Xupyprudyeckoe jJeueHue SIUIEIITH-
YeCKHUX IIPUCTYITOB C pAHHUM IIpeKpamieHueM SIHJISIITO-
reHe3a MOJIOXKUTEIbHO BIMSIET Ha pa3BUTHUE MallMeHTa,
OITOCPEIOBAHHO ACCTBYsI Ha TTO3HABATEIbHBIC M COITUATTE-
HbIe (DYHKILIMU, THTEJUIEKT, CIIYXOBYIO M 3pUTEJIBHYIO Ia-
MSITh, BHUMaHUE, BO3MOXHOCTb 00yueHud [45]. 1o maH-
HeIM S. Liu 1 c0aBT., B TIOCJIEONICPALIMOHHOM IIepHOIe
yaydilleHre KauyecTBa XU3HU oTMedaeTcs B 43 % ciydaes,

HWcxon no Engel, n (%) Yiayumenuns B KOrHH-
THBHOM M PE4EBOM
passutun, n (%)

CyonypasibHbie
3JIEKTPOIBI 1A 1I-1v
3 8 (80) 2 (20) 3(27,2)
2 3(37,5  5(62,5) 5(62,5)
1 4(57,1)  3(42,9) —
- 17 (58,6) 12 (41,4) 12 (41,4)

- 1 (100) 1 (100)

KOTHUTUBHBIX pyHKuMit — B 28 % ciaydaes [48]. Onepa-
THBHOE JiedeHNe B Ooyiee paHHeM Bo3pacte, 10 20 mec,
SIBIISICTCST OJIATOTIPUSITHBIM IIPOTHOCTUICCKUM (PaKTOPOM
JUISI KOTHUTUBHOTO pa3BuTus pederka [60]. B HacTosmmii
MOMEHT B Poccum MMeIoTcs TpyTHOCTH ¢ OOBEKTUBHOM
OLICHKOI KOTHMUTHUBHOTIO CTaTyca y IeTeH C SIUJICTICUCH
B CBSI3W OTCYTCTBHMEM EIMHBIX IIPOTOKOJIOB, IIIKAJ
IIJIST OLICHKY Pa3BUTHSI, a TAKKE OTCYTCTBHEM HEMPOIICH-
XOJIOTa B IIITAaTe OTACICHUS, (PYHKIIMOHMPYIOILIETO B paM-
Kax 00s13aTeJTbHOTO MEIUIIMHCKOTO CTPAXOBaHUS.

ITanmaTHBHBIE METOIBI JIEYSHHUS

Cramynsimust 6ryknaiero Hepsa. Hanbosee pacmpo-
CTpPaHCHHBIN MAJUTMATUBHBINA METO JICUCHHST — YCTAaHOBKA
VNS [35]. B HacTosIIIMit MOMEHT HE CYIIECTBYET CTPOTUX
nokazanuii g uMmrutantanu VNS [35]. CormacHo eBpo-
MeHCKUM KIMHUYECKUM PEKOMEHIALMSAM TI0 JICUCHHIO
sttenicuu ipu TC ot 2018 1. VNS gBisieTcsl BApaHTOM
JIe9eHUs IS AeTel cTapiie 2 JIeT ¢ (hapMaKope3UCTEHTHOM
SIUJIETICHEH, KOTOPBIC HE COOTBETCTBYIOT KPUTEPHSIM OT-
O6opa Ha pagvKallbHOe XUpyprudeckoe jedeHue [32].

B xpymHeiieM nccaenoBaHUM CTUMYJISIIIAY OJIy>Kaa-
IOIIeTO HepBa y AeTel ¢ (hapMaKOPE3NCTECHTHOM SITJICII-
cueii 5,8 % nauMeHTOB U30aBUIKCh OT IIPUCTYIIOB K BO3-
pacty 6 Mec u 8,2 % — K Bo3pacTty 24 MeC, OJHAKO
B MCCJIEAYeMYIO TPYMITy BXOOWINA OeTH He TobKo ¢ TC
[32]. AHanu3 3aTpaT M MOJE3HOCTU KOHKYPUPYIOIINX
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Tadmuua 3. Deoaroyus pekomeHOAUUli NO XUpypeuuecKkomy Ae4eHuro snutencuu npu mybeposvom ckaepose (1TC) [31]

Table 3. Evolution of recommendations for surgical treatment of epilepsy in tuberous sclerosis complex (TSC) [31]

MexnyHapoanas KoHgepeHuus
no TC (2012) [49]

XUpypruyeckoe JeuyeHue
cJeIyeT paccMaTpUBaTh

y MallMeHTOB ¢ (hapMaKope3u-
CTEHTHOW SNUJIETICUEH
Surgical treatment should be
considered in patients with
drug-resistant epilepsy

JleyeHnue JIYYII€ BCETO ITPOBO-
IUTH B LIEHTPAX SIUJIETICUH,
HNMCIOIIUX CIIEIUAIUCTOB

C OIIBITOM W 3HAHUSMU

B obmactu TC

Best performed in epilepsy centers
with TSC experience and knowledge

Oco60e BHUMaHUE CIenyeT
YAETATh AETAM MJIALIIETO
BO3pacTa, UCHBITbIBAIOIIUM
HEBPOJIOTUYECKYIO PETPECCUIO
Special attention should be paid to
younger children experiencing
neurological regression

Ilpumenanue. TC — mybeposnuiii ckaepos; 1211 — npomugosnusenmuueckue npenapamoi.

EBponeiickne KIMHUYECKHE PEKOMEHIAINH
o Jiedenmio smwiencun npu TC (2012) [50]

XUpypruyeckoe JeyeHue MoaXoauT (IoKa3aHo)
MaluMEHTAM C STUJIETICUEH, aCCOLIMMPOBAHHOMN
¢ TC, xoropas He MmoaIaeTcss KOHTPOJIIO IByMsI
[I9I1, 1 npy YeTKo onpeneaeHHbIX TOPAKEHUSIX
Surgical treatment is appropriate (indicated) for patients
with TSC-associated epilepsy not controlled by two AEDs
and with specific abnormalities

MynbTrdoKanbHble MOpaXkeHus He UCKITI0YaIoT
TMIPEAXUPYPTUYECKOTO UCCIIENOBAHUS, KOTAa
HayaJio rpucTymna — ¢ OJHOro oyara
Multifocal abnormalities do not exclude presurgical
examination when seizure starts in one focus

Xupypruueckasi pe3eKius MuIenTOre HHOM 30HbI
C MHAMBUAYAJbHBIM I1IOAX0J0M OCTaHOBUJIA
TeueHue anuerncuu B 57 % ciydaeB ¢ hapmakope-
3UCTEHTHOM (POPMOIA M CHU3MJIA YACTOTY IIPUCTY-
noB Goxee yem Ha 90 % y 18 % manueHTOB
Surgical resection of the epileptogenic zone with
individual approach stopped epileptic seizures in 57 %
cases with drug-resistant type and decreased their
frequency by more than 90 % in 18 % of patients

Ycnex nedyeHust 3aBUCUT OT pAaHHETO ONEPaTUBHOTO
BMEIIATEJIbCTBA U TOYHOM JIOKATU3ALAN
SMWIENITOTEHHOM 30HbI
Treatment success depends on early surgical intervention
and accurate localization of epileptogenic zone

Note. TSC — tuberous sclerosis complex; AED — antiepileptic drug.

EBponeiickne KIuHUYeCKHe pEKOMEH-
Jau 1o JevyeHuto smuiencu npu TC
(2018) [32]

HeszaMennureabHoe Mpeaxupypruyeckoe
o0cenoBaHue peKOMEHIYETCS IPU He-
3 heKTUBHOCTU Tepanuu apyms [1DI1

Immediate presurgical examination
is recommended if therapy with two AEDs
is ineffective

MynbrrdOoKaIbHBIE U IBYCTOPOHHUE
MOpaXXEHU He TOJIKHBI IPEMNITCTBOBATD
MPEIXUPYPTUYECKOMY UCCIIEAOBAHUIO
VI MOCAEAYIOIIEH pe3eKTUBHOM
XUPYPTUUA
Multifocal and bilateral abnormalities should
not prevent presurgical examination
or subsequent resection surgery

Pesekius TyGepa ¢ 3aXxBaTOM NEPUTYOE-
paJIbHOI TKaHU C OOJIbIIIEI BEPOSIT-
HOCTBIO aCCOLIMMPpOBaHa
C OCBOOOXIEHHUEM OT MPUCTYIIOB
Resection of the tuber with perituberal tissue
is highly associated with seizure freedom

PaHHee xupypruueckoe BMeIaTeJIbCTBO
3HAYUTEJbHO YBEJIMYUBAET BEPOATHOCTD
130aBJIEHUS OT IIPUCTYIIOB
Early surgical intervention significantly
increases the probability of seizure freedom

B HacTos1IeC BpEMA HEAOCTATOYHO
WCITONTb3YeTCsT IpH (hapMaKOpPe3UCTeHT-
HOI1 anuiencuu, cBsizanHoi ¢ TC
Currently not used enough for drug-resistant
TSC-associated epilepsy

CcTpaTeruii JedeHusT (papMaKOPE3NCTEHTHOM SIUJICTICUU
y neteit ¢ TC moka3biBaet, 4To nMmImiaHTanuss VNS sBiisi-
eTcs HamboJiee JOPOroCTosIIei M1 HanMeHee S GEKTUB-
HO1, YeM ApyTue BapuaHTHI ledeHus [32].

Kanno3zoromuss — elle oavH BUA NMaJIAaTUBHOU XU~
PYpPruyeckoil MoMoOIlU, KOTOPbIi ObLT OMUCAH TPU MU~
nericuu, odycimoBiaeHHOM TC, ocoOeHHO y MalMeHTOB
¢ OuaTepaJbHBIMM OYaraMy M CEMMOJIOTHEH STIUJICITH -
YECKHUX CITa3MOB MJIM aTOHMYECKUX TTprcTyros [61]. Jan-
Has orepalus Obla MpeaoXeHa CIeUaNbHO IS TeX
JIeTeil, y KOTOPbIX TIPUCTYIbI [0 TUIY «IpOI-aTaKu» SIB-
JISTIOTCS] OCHOBHBIM THITOM MHBAIMIN3UPYIOIINX TTPUTIAI -
KoB. ITocie Kayto30ToMUM TTePBUYHBIN SIUICTITUICCKIIA
oYar, KOTOPbIif OOBIYHO COXPAHSIETCS, MOXET OBITh JIeTde
UICHTU(PUIIMPOBAH, YTO ITO3BOJISIET IIPOBECTH BO3ZMOXKHYIO

BTOPMYHYIO OTIEPALIMIO IO PE3CKIIMU SIUJICIITOTCHHOTO
TyOepa [62].

Iny6okas crumyasanusa mo3ra. [Ty0boKast CTUMYJIISIINS
MmepeaHero TaJlaMHUYeCcKOro sapa TOJOBHOTO MO3ra
(ANT-DBS) noka3zana 3(p(peKTUBHOCTD MPHU JICICHUN
¢dapMaKoOpe3UCTEHTHON SMMICIICUM M MOXET IIPEeBOC-
XOIUTh CTUMYJISLUIO OJIYXIAIOIIETO HEPBA B KOHTPOJIE
SMWIENICUU 1 YAYYIIEeHUY KOTHUTUBHBIX QYHKLMA [63].
B Hacrosmuit MOMEHT JaHHAsI METOIMKA HE 3aperu-
cTpupoBaHa B Poccuu misT MCIOIb30BaHUS B IETCKOMU
MOIyJISIUU. B MUpoBoit muTepatype onmcaH 1 KIWHKA-
YeCKU CIydail MCITOJIb30BAHUS TIIYOOKON CTUMYJISILINK
y B3pociioro namuenTa ¢ TC [64]; naHHBIX O IPUMEHE-
HUM METOa y AeTeil C AMUJICTICUEe, aCCOLIMUPOBAHHOM
¢ TC, Her.



KJIIMHUYECKWU CIIYYAU

Hauuenmxa, 4 sem, ¢ duaenocmuposannvim TC, my-
mauyueil ¢ eene TSC1, papmakopesucmenmuoii snunencueil
nocmynuaa 6 omdenerue Heilpoxupypeuu 04s npoeedeHus
npedxupypeuveckozo 06c1e008aHUSA U peuleHUs 80NPOCa
0 B03MOJCHOCU XUPYPeUUECK020 AeHeHUs INUAENCUU.

Anamnes. lle6iom npucmynos 6 sospacme 8 mec, ko20a
OblLAU OMMeUeHbl KAOHUU Ae60ll pYKU U no060podKka daumens-
Hocmbio do 1 mun (Kynuposaaucs camocmosmensto, daiee
He noemopsiaucs). B eozpacme 1 2oda 2 mec cmanu 803HuU-
Kamo 31U300bl ACUMMEMPUUHBIX MOHUYECKUX NPUCMYNOE.

JaumenvHoil KAUHUYECKOU pemMuccuu no npucmynam
He 3aghurcuposano,; nposoduics noobop NPomMueocydopoIc-
HOI mepanuu: 8ueabampul, Monupamam, 1e6emupayeman,
Ka06azam. B dunamuke no mepe npoepeccupoganusi 3abone-
8aHUsL HAOAI00AACS peepecc NCUXOPeue8020 PA3GUMUSL.

Marcumanvhbiii 3¢hghexm Obi2 ommeueH Ha oHe 0pmo-
HAAbHOL NYbC- MEPAnUUL: COXPAHAAUCH MOAbKO SNUNenmuHtecKue
npUCMynbl ¢ HapyuleHuem 0CO3HAHHOCMU 6e3 MOMOPHbIX NPOsI6-
JeHULL, 4acme NPUCMYN08 HOCUAA CIAMYCHbII XapaKkmep.
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Coenacro npedcmasnenHviM npu NOCMYNAEHUU 8 omoe-
AeHue Hellpoxupypeul 8U0eo3anucam Habao0aiucs HecKoab-
KO munoe npucmynog: cepuiiHsie dnuienmuveckKue cna3mol
¢ nocaedyroweli acummempueil AUYa, ONUMeNbHblil 1e80CHO-
POHHUI MOHUYECKUIl NPUCMYN C NePeKoCcoM yeaa pma.

Ha momenm nocmynaenus ¢ neiipoxupypeuueckoe om-
Oenenuie Umeni Mecmo exlceOHesHble Cepulinble Inutenmu4ecKue
npucmynsl ¢ HapyueHuem 0CO3HAHHOCMU 6e3 MOMOPHbIX NPO-
sA6AeHUIL ¢ nocaedyrouell cepueil SNUNenMUHecKUX CHa3Mo8.

Ilpu MPT 201061020 M0O32a 8U3YAAU3UPOBAHBL MHOJICE-
cmeeHHble KopmuKanvhole mybepst (puc. 2, a, 6).

IIpu nposedenuu ckanrvnogoil eudeo-II31 3apecucmpu-
POBAHbI pe_UOHANbHBIE PA3PAObI INUNENMUDOPMHOU AKMUB-
HOCmuU, A0KAAU308aHHblE 8 N0OHO-MEeMEeHHO-UeHMPaNbHOM
omadene npagoeo u 16020 NOAYUWapus, a maxaice ouggystoie
ecnvluku ¢ ougponmanvusim axyermom (D >S).

Cmepeo-93II. C yuemom dupgysnoeo xapaxmepa ux-
ManbHO20 NAMMEPHA U HAAUYUS INUAKMUBHOCMU 8 000UX
noaywapuax pebeHKy 8blNOAHeHA MHO2OCYMOUHAs 8Udeo-
cmepeo-33I.

Puc. 2. Pezyrbmamor 06credosanus nayueHmku: a, 6 — maeHumuo-pesoHancras momoepagus (MPT) 2onoenoeo mosea npu nocmynaeruu (pexcum T1
FLAIR): svisi6nensr GuramepansHole mybeput (YKa3amvl CmMpeakam); 6 — 6HeuwH Ul 6U0 NAUUeHMKU ¢ UMIAGHMUPOBAHHbIMU nekmpodamu; e—e — MPT
20/108H020 M032a Ha I-e cymku nocaeonepayuonnoeo nepuoda (pexcum T1 FLAIR) (yugpamu 0603HaueHst 20eKmpoosl, yuacmeyrouue 8 UHUUUAUUY UK -
ManbHo20 nammepHa,)

Fig. 2. The results of patient’s examination: a, 6 — magnetic resonance imaging (MRI) of the brain at admission (T1-weighted FLAIR): bilateral tubers
(indicated by arrows); ¢ — the appearance of a patient with implanted electrodes; e—e — MRI on the I* day of the postoperative period (T 1-weighted FLAIR)

(the electrodes involved in initiation of the ictal pattern indicated by numbers)
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C ucnonv3oganuem 6e3pamHo20 cMepeomaKcuueckKoeo Pezexmuenas onepauus. Ha ocnosanuu pe3yivsmamos
Memooa UHmMpaonepayuoHHol HAGUAUUOHHOU cucmemsl  cmepeo-III 3anianuposat obsem pe3eKyuu INULeNnmoeeH -
Brain Lab nposedena bunramepanvuas ycmanoexa 14 enyoun-  Hoeo ouaea, 6Kaouarouyuil pacnonsoxceiue 1—4-20 konmax-
HbIX anekmpodos (om 4 do 10 konmakmos) c mexckoumakm-  mos V anexkmpooa, 1-20 u 2-20 konmaxmos IX anexmpooa.
HbiM paccmosiHuem S um (puc. 2, 8). B 1-e cymku nocaeone-  Buinoanen paszpe3 6 6040CUCMOI Yacmu Npaeoil 8UCOYHO-
payuonnoz2o nepuoda evinoanena MPT 20106H020 Mm032a  1006HOI 0baacmu ¢ hepexodom 3a cpednow aunuro. ITpanuys
015 KOHMPOAsL PACNOA0NCEHUsL INeKMPOO08 U UCKAIOYEHUsT  KPAHUOMOMUU Onpedeasnu ¢ UCNOAb308AHUEM UHMpPAone-
NOMEHUUANbHbIX 0CA0NCHeHUT (puc. 2, e—e). PAYUOHHOU HasueayuouHol cucmemsl. Takoce Ha danHom

Hccnedosanue nposodunu @ meuenue 15 cym 6 cocmos-  smane Xopouwum opuUeHmupom caAylcam mpeuHayuoHHble
HUU CHA, GKMUBHO20 U NACCUBHO20 DOOPCMBOBAHUS, C PUK-  0MEEepCMmuUs Om UMNAAHMUPOBAHHBIX 2AYOUHHBIX INeKMPO-
cayueil NApoKCU3MANbHBIX COObIMUIL. dos. Ilocae eckpoimusi meepdoii M032060ii 060404KU Onpe-

Ha 13-e cymku mMoHumopuposanus 8binoAHeHbL npoye-  OeaeHbl PAHUYbL pe3eKyUl npasoii A00HOU 00AU ¢ NOMOUbIO
0ypbl KOPMUKAALHOU CMUMYASIYUU C NPOBOKAYUell MUNUYHO-  UHMPAONEepaAYUOHHOI HABU2AYUOHHOU cucmembl. Boinoane-
20 INUNENMUYECK020 NPUCMYNA, a MAKICce KAPMUPOBAHUEeM  HA pe3eKyus npagoi A00HOU doau 00 NPeMOmOpHOil KOpbl

Hab6niopeHue u3 npaktukm | Case from practice

DYHKUUOHANBHO 3HAYUMBIX 30H (puc. 3). (puc. 4).
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Puc. 3. Pezyavmamor cmepeosnekmposnuyegparoepapuu. HHuyuayus ukmaibHo2o nammepHa Obiaa 10Ka1u308ana 6 30ne 1—4-20 konmaxkmos V snexmpoda,
1-20 u 2-e0 konmakmog IX anexmpoda, umo coomeememeyem A0Karu3ayuL mybepa 6 MeouanbHvIX omoeaax npasoii 1061t doau. Ha 13-e cymiu évinoanena
KOPMUKAAbHAS cMuMyAsyus vepe3 V anekmpoo. Jlokaiusayus u KOHQUeypayUuoHHble XapaKmepucmuxyu aKmugHOCU, CRPOBOUUPOBAHHOL KOPMUKANbHOL
cmumyasyueil, COo0meemcmeo8any 3aNUCAHHbIM 80 DEMsL INUNCNMUYECKUX NPUCIYNOE UKMANbHBIM NAMMEPHAM

Fig. 3. Stereoelectroencephalography recording showing ehe initiation of the ictal pattern was localized in the zone of contacts 1—4 of the V electrode, contacts
1, 2 of IX, which corresponds to the localization of the tuber in the medial part of the right frontal lobe. On the 13" day, cortical stimulation was performed
through the V electrode. Localization and configuration characteristics of the activity provoked by cortical stimulation, in general, corresponded to the ictal
patterns recorded during epileptic seizures
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[paHuLbl MOTOPHOM KOpPbI /
Boundaries of motor cortex

3aaHAA rpaHmua pesekumn /
Posterior resection border
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Puc. 4. Pezyasmamer 006credosanus nayuenmru: a — 3D-modenb 201061020 M0O32a ¢ UANOCMPayueli 3anIaHupo8aHH020 006eMa pe3eKyul SNUAeNMo2eHHOl
30Hbl; 6—e — MACHUMHO-PE30HAHCHbIe MOMOSDAMMbL 20108H020 M032a nocie nposedennol onepauuu (pexcum T1 FLAIR)

Fig. 4. The results of patient’s examination: a — the resection zone is illustrated on the 3D model; 6—e — magnetic resonance imaging of the brain after surgery

(T1-weighted FLAIR)

[locaeonepayuonnsiii nepuod npomekan 6e3 0ca0cHe-
Huil. Ha nacmosawuii momenm kamamue3 cocmagasem 2 2o-
da, ucxoo no Engel IA, ILAE I. B nocaeonepauyuonnom nepu-
ode koumponvrvie I u MPT 201061020 M032a 8biN0AHEHbI
uepes 3 u 12 mec. Ilpu KOHMPOABHBIX CKANBNOBBIX 8UAe0-DIT
Inusenmu1eckol aKmueHocmu He gviséneno. Mame pebenka
ommeuaem yayduieHue NCUXOpeHe8o20 paseumus pebeHKd.
IIpodonscaemes monomepanus npomugodINULENMULECKUM
npenapamom.

OBCYXIEHHUE

HNaeHTdUKaMUs 3MWIeNTOreHHO#N 30HBI Ipu TC
OCTaeTCs CIOXHON 3amadeil, KOTopas JOJKHA PeIIaThCsT
B paMKaX KOMIUIEKCHOI TpedoIepalliOHHON OILIEHKM,
OCHOBaHHOM Ha 0OBbEKTUBHOM aHAJIN3€ MYJIBTUMOIATEHBIX
MeTomOB (PYHKIIMOHAIBHOM 1 CTPYKTYPHOI BU3yaI3aIlin
[29]. Kak oTMedeHO BBIIIE, MHOXECTBEHHBIN XapaKTep
IMOpakeHMUsI TOJIOBHOTO MO3Ta M HAJIMYME HECKOJIBKUX
SIUJICTITOTeHHBIX 09aroB TPEOYIOT UCITOIb30BaHUS MHBA-
3UBHBIX METOAOB IIUTEIbHOI DD ¢ TOMOIIBIO Cyomy-
PaJbHBIX Y TIIYOMHHBIX 3JIEKTponoB [32].

Crepeo-DBI BriepBbie ObUTa MpeacTaBiaeHa Bo OpaH-
unu B 1960-x rogax XK. Tanaiipaxom u K. banko, koropbie
HCITOJIb30BAIN CTEPEOTAKCUUICCKYIO TeJICaHTHOTPpadhuIo
IS TOYHOTO OIpee/IeHusI SIUIEITOTeHHOTO oyara [65].

B HacTos1Iee BpeMsI B OITyOJIMKOBAHHBIX paboTax, ITOCBSI-
IIEHHBIX MTHBa3UBHBIM MeTomaM D3I, mipeobiamaroT apry-
MEHTHI B TTOJIB3Y cTepeo-DDI. TIpolieHT mmocaeomnepalm-
OHHBIX OCJOXHEHUI (JIUKBOpesi, BHYTPHUYECPEIITHOE
KPOBOU3IMSHNE, MHOUIINPOBAHNE) MEHBIIIE ITPH IIPOBE-
IeHUM cTepeo-DBI mo cpaBHEHUIO C MCIOIb30BaHUEM
cyomypanbHBIX 2JIeKTponoB [34]. IIpenMyllecTBOM cTe-
peo-O3I saBisieTcss BO3MOXHOCTD MCCIIEAOBATh MIPEATIO-
JlaraeMble TJyOOKO pacIIOJIOKEHHBIC STHMICTITOTCHHBIC
oYaru, KOTOphIe JIOKAIM3YIOTCS B OCTPOBKOBOI1 10OJIE I ME-
IMo0a3albHBIX OTHejax mojyimapuii. CyomypaabHBIE
3JIEKTPOIBI MOTYT OBITH pa3MeIIeHbl B MeAM00a3aTbHBIX
OTIeJIaxX IOyIIapuii, OMHAKO UCCIIeIOBaHUE SITIICTITO-
TEHHOTO OYara B OCTPOBKOBO1 10JI¢ 3HAYMTEIHHO OTpaHM-
yeHo [34]. HecmoTrpsg Ha mipeumylecTBa, ctepeo-00T
WMeeT PSI OTpaHWYCHMI: TIPO0IeMbl ¢ KapTHPOBAaHUEM
30HBI peYy, OTpaHUYECHHAsT BO3MOXHOCTh ITPOBEICHMS
WCCIIeIOBAHUS JETSIM 10 2 JIET, TOPOTOBU3HA METOMA.

Yro kacaercs Borpoca 3(pHeKTUBHOCTH TAHHBIX METO-
MWK, B eTMHCTBCHHOM MCCJICIOBAaHWU, TI¢ TTPUBOTUTCS
CpaBHEHMeE IPUMEHEHUS CyOMypaTbHBIX 1 TJTyOMHHBIX 3JICK-
TpomoB y aeteii ¢ TC, He BBISIBIICHBI CYIIIECTBEHHBIC Pa3iIi-
4Ksl B KICXOJAX MOCJIE XUPYPrUUeCcKoro jeueHust [66]. OqHa-
KO cTepeo-DDT MPOBOMIN IETSM C GOJIBIINM KOTITIECTBOM
TIPEAIIeCTBYIOIINX XUPYPTUIECKNX BMEIIATeILCTB, Ooiee
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ITUTEIBHBIM (hapMaKoaHAMHE30M M IIPH HEOOXOTUMOCTH
OuaTepabHOM YCTAaHOBKHU 3JIEKTPoa0B. C y4eToM HeOmI-
HOPOIHOCTH 2 CPaBHUBAEMBIX TPYIIIT, MAJIOTO KOJIMIECTBA
paboT, MOCBSIIEHHBIX JaHHOMY BOIIPOCY, HEOOXOAUMO
MPOJOJIKATh UCCIIENOBAHUE B 9TOM HaIlpaBJICHUU JIJIsI 110~
JIy4€HMST JOCTOBEPHBIX TaHHBIX.

B npeacTaBieHHOM KJIMHUYECKOM CJIydyae C y4eTOM
Bo3pacTa peOeHKa, pacroJ0XeH!s MOTEHLIMAIbHOTO 311~
JIENTOTEHHOTO oYara B MevalbHbIX OTAEaax JIOOHOU 01
U BBICOKOTO PUCKa OCJIOXKHEHUH MPpU UMILJIaHTalUU Cy0-
JypaJIbHBIX 3JIEKTPOAOB MPUHSTO pELLIEHNE O TIPOBEAEHUN
cTtepeo-O3T.

ITpu TC snmnenToreHHOI 30HOM SBIISIOTCS] HE TOJIBKO
TyOepbl, HO U TTepUTyOepaibHasi MO3roBasl TKaHb, TIOATOMY
BoOMpoc 006 06beMe Pe3eKIIMU SMUIETITOTeHHOTO oYara Bbl-
3bIBa€T MHOTO aucKyccuit. HeKoTopble KOLTeKTUBBI Bpa-
Yyeil BbIOMpPAIOT TaKTUKY PACIIUPEHHON XUPYpPruyecKom
pe3eKLnM, KOTopass B OCHOBHOM IIpEACTaBsIeT COO0M
JIOO9KTOMUIO, OJHAKO B OOJIBILIMHCTBE Cy4yaeB XUPYypTu
MPEeNNOYUTAIOT CEJIEKTUBHYIO PE3EKLINIO TyOepa, KoTopast
MOXET OBITh YHMUJIO0APHOI1, OM100apHOI UJIU MYIBTHIIO-
GapHoii [67]. B ornmmcaHHOM HaMU KJIMHAYECKOM CJIydJae,
YUUTBIBasl OE30MAaCHYIO 30HY, Mbl MPUAECPXKUBAITUCH TaK-
TUKU PACIIMPEHHOM pe3eKLMU IpaBoOil JJOOHOU moau
IO TIpeMOTOPHOM KOphl. CorylacHO JaHHBIM S. Liu 11 coaBT.
MPU BBISIBJIEHUM | 3MUAENTOTeHHOM 30HbI MPOLIEHT U30aB-
JIEHUSI OT MPUCTYIIOB TMOC/€ TyOepIKTOMUM 3HAYUTETBHO
HVXE 110 CPAaBHEHUIO C TyOEpPIKTOMMUEN TLTIOC U TOOBKTO-
mueit [48]. Takxke aBTOpPHI 3asIBJISIOT, YTO Y MAIlEHTOB
¢ 2—3 s3mwIenTOreHHBIMH TyOepaMu, TIepeHECIINX JI00-
9KTOMUIO B COUYETAHUM C TYOEPIKTOMUEM, TTPOLIEHT CBO-
0OabI OT MPUCTYIIOB OBLT HUXE, YeM Y MALIMeHTOB C JIO0-

SKTOMUEN B COYETAHUH C TYOEPIKTOMMEN TITIOC Y TOTAILHOM
pe3eKImMell SMUICTITOTeHHBIX TyOepOB IIpH 1- 1 4-J1eTHEM
HaomoneHnu [48]. Takue Xe TaHHbIE TIPUBOASITCS B MYJIb-
TUIEHTpOBOM mcciaenoBanum C. Vannicola um coasrT.,
YTO elle pa3 AeMOHCTPUPYET 3(PPEKTUBHOCTD BbILLIEON-
CaHHBIX XUPYPruYeCKUX TAKTUK MO CPAaBHEHMIO C CEJIEK-
TUBHOM pe3exiueil Tyoepa [36].

SAK/TIOYEHME

TpynHOCTH NeueHms ammtericuu y aereid ¢ TC mpexne
BCErO CBSI3aHbl C MHOXXECTBEHHBIM MOPaK€HWEM TOJIOB-
HOTO MO3Ta ¥ MYJIbTU()OKAIBHBIM TeUCHUEM STTHJICTICUU.
HecmoTpst Ha 3TO, pe3yabTaThl aKTyaIbHbIX MYJIBTULIEHT-
POBBIX MCCIICIOBAaHMI ITOKA3BIBAIOT 3HAYUTEIBHBIN (-
(beKT XUPYpPrUdecKoro JeUeHUs ¢ MOCIeAYIONINM IIpeKpa-
IIEHUEM 3IUJIENTOreHe3a pa3BMBaIOIIETrocsl TOJOBHOTO
MO3ra, YTO OKa3bIBAET MOJOXUTEIbHOE BIUSHUE HA KOT-
HUTUBHOE pa3BuTHe neteil. OObeKTUBHAS OLIEHKA KOTHH-
TUBHOTO CTaTyca 3aTPyAHUTEIbHA, OCOOEHHO y AeTel
MJIQ[IIIETO BO3pacTa, YTo TpeOyeT MOMOJHUTEIbHOTO U3-
Y4eHMs1 JAaHHOTO BOIIpoca.

ITo MexayHapoAHbIM TaHHBIM, TAKTHKA pPaclIUpPEeH-
HO pe3eKINH SIMWICTITOTeHHOI 30HbI (JJOOKTOMUS, TY-
OepIKTOMUSI TLTIOC) TTOBHIIIACT TOJTIO MMAIIMEHTOB 0e3 IpH-
CcTynoB. B HacTosdlIMii MOMEHT HET OIpeAesIEeHHOIro
aJIrOpUTMa NMPEAXUPYPTUUYECKOT0 00CIeI0BaHMS MalleH-
TOB U KPUTEPUEB OTOOpA AETEN HA XUPYPTUUECKOE Jeue-
HHUE, 4acTh 0OC/IeTOBAaHUI HE BXOASAT B CUCTEMY 00s13a-
TEJIbHOTO MEIMILIMHCKOIO CTPaXOBaHMsI, UYTO 3aTPyAHSIET
NMAarHOCTUKY U CBOEBPEMEHHOE JiIeYeHUE U, KaK CJIEACT-
BUE€, MPUBOJUT K TMOBBILIEHWIO AOJU MALIMEHTOB C MHBA-
JIMAHOCTBIO U HU3KUM Ka4e€CTBOM >KU3HU.
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